Agenesis of the internal auditory canal (IAC) and the vestibulocochlear nerve (VCN) is classically associated with malformations of external, middle, and/or inner ear. Atresia of one or both IAC is rarely encountered as an isolated condition; it is frequently associated with other systemic developmental anomalies. 1 Technical advances in imaging studies have made it possible to distinguish aplasia of the entire VCN from aplasia or hypoplasia of the cochlear branch alone or in association with stenosis of the IAC and/or congenital malformation of the labyrinth. This is of major importance in cochlear implantation (CI), which may prove unsuccessful despite the proper insertion of the electrodes because there are no nerve elements to transmit the acoustic impulses generated in the cochlea to the auditory cortex in the brain. 2 Agenesis of the IAC is a rare entity. In a series of 138 children referred to the House Ear Institute for CI, 3 had a very narrow IAC measuring less than 2 mm in diameter, which resulted in the absence of a sense of sound after electric stimulation. 2 It is theorized that atresia of the IAC is secondary to the maldevelopment of the vestibulocochlear nerve, but the facial nerve crosses one of its compartments and its function is occasionally undamaged, as occurred in the case reported by Yates et al. 1 We report a case in which bilateral dysplasia of IAC is in the presence of normal facial nerve function.
Agenesis of the internal auditory canal (IAC) and the vestibulocochlear nerve (VCN) is classically associated with malformations of external, middle, and/or inner ear. Atresia of one or both IAC is rarely encountered as an isolated condition; it is frequently associated with other systemic developmental anomalies. 1 Technical advances in imaging studies have made it possible to distinguish aplasia of the entire VCN from aplasia or hypoplasia of the cochlear branch alone or in association with stenosis of the IAC and/or congenital malformation of the labyrinth. This is of major importance in cochlear implantation (CI), which may prove unsuccessful despite the proper insertion of the electrodes because there are no nerve elements to transmit the acoustic impulses generated in the cochlea to the auditory cortex in the brain. 2 Agenesis of the IAC is a rare entity. In a series of 138 children referred to the House Ear Institute for CI, 3 had a very narrow IAC measuring less than 2 mm in diameter, which resulted in the absence of a sense of sound after electric stimulation. 2 It is theorized that atresia of the IAC is secondary to the maldevelopment of the vestibulocochlear nerve, but the facial nerve crosses one of its compartments and its function is occasionally undamaged, as occurred in the case reported by Yates et al. 1 We report a case in which bilateral dysplasia of IAC is in the presence of normal facial nerve function.
CASE REPORT
The patient was a 32-year-old woman who had been deaf in her right ear since birth but had no other symptoms. Pure-tone audiometry disclosed deep sensorineural hearing loss in the right ear and normal hearing on the left side. Caloric testing revealed right ear areflexia. Computed tomography demonstrated considerable stenosis of right IAC (Fig 1) and a hypertrophic transverse crest in the left IAC occupying the posterior portion of the structure. Imaging studies of inner ear were normal on both sides, and facial mobility was unimpaired. 
DISCUSSION
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July 2001 placode) that later forms the otocyst, a closed vesicle from which the different audiovestibular structures originate. At day 37, the fibers of the CVN have grown until they come in contact with the developing otocyst.
During the eighth week of gestation, this nerve, together with the VIIth nerve (facial), becomes involved in the chondrification process of the surrounding mesoderm; later, the ossification of this cartilage forms the IAC. The theory that nerves exert a trophic influence on the structures with which they are associated dates back to the observations of Todd. 3 Basically, it is admissible that the complete formation of the auditory organ would require the correct functioning of each and every one of its parts, the development of which stimulates that of the neighboring structures; the contact with the auditory ganglion stimulated the formation of macular epithelium. However, the literature provides occasional reports of isolated malformation with no other anomalies like the case described here. In 1933, Altmann 4 described a congenital human malformation in which the histologic study of the temporal bone showed a normally developed crista and ampulla of the posterior semicircular canal coincident with a total lack of the singularis nerve and its canal. This clinical finding supports a series of observations that are indicative of the independence of the morphogenesis of the IAC and the cochleovestibular complex. In fact, Van de Water 5 describes the development of the structures of the growing otocyst, independently of removal of the statoacoustic ganglion complex, with the only difference being the absence of neural elements in the proximity of the sensory cells in embryos in which this complex had been removed.
